Genetics, Iowa C i t y , IA, and U n i v e r s i t y o f Minnesota, Dept. o f P e d i a t r i c s , Minneapolis, MN. P a t i e n t s w i t h peroxisomal d y s f u n c t i o n d i s o r d e r s l a c k peroxisomes o r c e r t a i n peroxisomal enzynes. Assay o f a c t i v i t y o f t h e peroxisornal membrane enzyne dihydroxyacetone phosphate acyl t r a n s f e r a s e (DHAP-AT) p r o v i d e s a biochemical t e s t f o r i d e n t i f y i n g p a t i e n t s w i t h peroxiso~nal d i s o r d e r s .
Tuchman, ~m e a u m o n t H o s~i t a l , D i v i s i o n s o f Gast r o e n t e r o l o q y and Genetics, oval Oak, MI. U n i v e r s i t v o f Michigan, Dept. o f ~i o c h e m i s t r y , Ann ~F b o r , MI, U n i v e r s i t y o? Iowa, D i v i s i o n o f Medical
Genetics, Iowa C i t y , IA, and U n i v e r s i t y o f Minnesota, Dept. o f P e d i a t r i c s , Minneapolis, MN. P a t i e n t s w i t h peroxisomal d y s f u n c t i o n d i s o r d e r s l a c k peroxisomes o r c e r t a i n peroxisomal enzynes. Assay o f a c t i v i t y o f t h e peroxisornal membrane enzyne dihydroxyacetone phosphate acyl t r a n s f e r a s e (DHAP-AT) p r o v i d e s a biochemical t e s t f o r i d e n t i f y i n g p a t i e n t s w i t h peroxiso~nal d i s o r d e r s .
W e r e p o r t 8 p a t i e n t s w i t h a spectrum o f peroxisomal disorders. A l l p a t i e n t s have dysmorphia, f a i l u r e t o t h r i v e and hepatornegaly. Serum transaminase l e v e l s a r e e l e v a t e d and a c t i v i t y o f DHAP-AT i s reduced. A l l p a t i e n t s have o t h e r chemical a b n o r m a l i t i e s associated w i t h peroxisomal d y s f u n c t i o n . One i n f a n t had Z e l l w e g e r ' s cerebrohepato-renal syndrome (CHRS) and d i e d a t age 10 months. The o t h e r p a t i e n t s presented w i t h e i t h e r a v a r i a n t o f Z e l l w e g e r ' s CHRS o r neonatal adrenoleukodystrophy ( 4 ) , d i c a r b o x y l i c a c i d u r i a ( I ) , i nf a n t i l e Refsums' disease (1) o r chrondrodysplasia punctata ( 1 ) .
H i s t o p a t h o l o g i c changes i n t h e l i v e r i n c l u d e m i c r o n o d u l a r c i r r h os i s ( 2 ) , f i b r o s i s (4), and p a u c i t y of i n t r a h e p a t i c ducts ( 2 ) . I n a d d i t i o n , t h e r e was accumulation o f hepatocyte hemosiderin i n 1 p a t i e n t and abundant d e p o s i t i o n o f glycogen i n 3 p a t i e n t s . Peroxisomal d i s o r d e r s present w i t h a v a r i e t y o f c l i n i c a l problems. I n f a n t s w i t h f a i l u r e t o t h r i v e , hepatomegaly and suggestive dysmorphia should be screened b y assaying DHAP-AT. , Deptg :is., Clev;, O H Esophagitis (E) i s being recognized more frequently i n t h e p e d i a t r i c population; however, t h e d i a g n o s i s appears t o be r a r e during t h e n e o n a t a l period. Over t h e l a s t 2 y e a r s , 8 s e r i o u s l y ill neonates were evaluated f o r t h e p o s s i b i li t y of E. I n d i c a t i o n s f o r esophagogastroscopy (EGS) included i r r i t a b i l i t y o r a r c h i n g with feeds ( 3 / 8 ) , r e f u s a l of o r a l feeds (4/8), frequent g a s t r i c a s p i r a t e s o r emeses ( 6 / 8 ) , and t h e presence of blood i n a s p i r a t e s (618). G e s t a t i o n a l age ranged f r a n 25-32wks. 718 had n a s o g a s t r i c (NG) tubes f o r 3-7 112 mo. and t h e 8 t h had a gastrostomy tube (GT) s / p NEC. 518 p a t i e n t s were on long term theophylline therapy and 3 were on v e n t i l a t o r s . At EGS, wt ranged from 1590-5390gms. A l l 8 had evidence of e r o s i v e E with s e v e r e mucosal edema, erythema, exudation and u l c e r a t i o n . 419 had pseudopolyps. 2 had g a s t r i c o u t l e t o b s t r u c t i o n secondary t o a p a n c r e a t i c r e s t o r a p y l o r i c web subsequently documented a t s u rgery. Of t h e remaining 6 , 4 improved a f t e r removal of t h e NG tube and treatment with cimetidine and/or a n t a c i d s . 1 died due t o t h e underlying d i s e a s e and 1 required a GT because of poor o r a l i n t a k e . 718 had no complications during t h e EGS; only 1 p a t i e n t had a t r a n s i e n t bradycardia during i n t u b a t i o n of t h e esophagus. I n conclusion, EGS i s a u s e f u l and s a f e t e s t t o e v a l u a t e neon a t e s w i t h i r r i t a b i l i t y , r e f u s a l of f e e d s and r e p e a t e d o r bloody g a s t r i c a s p i r a t e s . Our f i n d i n g s suggest t h a t N G tube trauma, a s w e l l a s r a r e causes of g a s t r i c o u t l e t o b s t r u c t i o n , may be responsible f o r t h e s e symptoms which a r e o f t e n seen i n premature i n f a n t s . &e oroduction o f enteiotoxins bvbarious bacterial cell lines has been widely studid i n a variety o f models incl;dine both animal and tissue when given i' and is probably protein i n nature. Whether this factor is responsible ! % the epithelial damage seen i n patients with active CP associal<d e a s t r i t i s remains to be determined. Further work will also determine i f this ibxjc factor can be demonstrated on the various tissue culture models used for toxln assays. ,j82
Departments of P e d i a t r i c s and Biochemistry, Medical College of WI-Milwaukee, and Univ of WI-Madison, W I . There i s l i t t l e d e f i n i t i v e information about v i t amin ( v i t ) K1 (phylloquinone) and K2 (menaquinone) i n newborns. We measured serum concentrations of Kl and f e c a l K1 and K2 i n 25 f u l l term (FT) infant/maternal p a i r s and 11 preterm (PT) i n f a n t s (29-36 wks g e s t a t i o n ) d u r i n g t h e f i r s t week of l i f e . I n FT i n f a n t s , mean maternal K1 (1.69+1.04 ng/ml) was h i g h e r 02) than cord blood (1.10%.
58) G i t h o u t s i g n i f i c a n t c o r r e l at i o n (r=0.171. There was a d i f f e r e n c e i n c o r d K1 between FT
( 1 . 1 0 s . 5 8 ng/ml) and PT (2.95A1.8 ng/ml) i n f a n t s , (p < 0.001).
A l l i n f a n t s received v i t K a t b i r t h . I n FT i n f a n t s a t 5 days of l i f e t h e r e was no d i f f e r e n c e i n K1 between b r e a s t f e d (n=13) and formula fed (n=10) i n f a n t s (21.0+12.4 vs 27.5+9.7 ng/ml) . In PT i n f a n t s (NPO) at-48 h r s p o s t K 1 IM injection,-mean serum ~1 v a r i e d g r e a t l y (m=113, range 2.3 t o 429 ng/ml) b u t was p o s i t i v e l y c o r r e l a t e d with weight (-0.74).
In t h e f i r s t week o f l i f e , FT formula f e d i n f a n t s compared t o b r e a s t f e d i n f a n t s had h i g h e r f e c a l K1 (2.35+2.34 v s 0.55+0.88 ug/g dry wt, p < 0 . 0 1 ) .
Signif i c a n t l e v e l s of K2 (> 200 Fg/g dry wt) were d e t e c t e d i n 8/9 formula f e d i n f a n t s and 2/9 b r e a s t f e d i n f a n t s (p(0.025, c h i s q u a r e ) . In NPO PT i n f a n t s , f e c a l K 1 and K2 were undetectable. We conclude: 1) Maternal K 1 is h i g h e r b u t does n o t c o r r e l a t e w i t h FT i n f a n t K1 a t b i r t h 2) There i s a s i g n i f i c a n t d i f f e r e n c e i n cord blood v i t K1 l e v e l s between FT and PT i n f a n t s . 3) There i s a marked d i f f e r e n c e i n K1 and K2 i n t h e s t o o l s o f b r e a s t f e d , formula fed, and NPO i n f a n t s during t h e f i r s t week o f l i f e .
The r o l e o f chemotactic and random migration(RM) i n ABE i s n o t known. They were determined i n 9 p t s w i t h ABE due t o s h i g e l l a o r salmonella between days 3&5 o f admission and 9 c o n t r o l s . One day p r i o r t o s t u d y each i s o l a t e was grown i n medium 199 t o generate s p e c i f i c chemotactic f a c t o r s (SCF). Leukocytes were harvested from h e p a r i n i z e d b l o o d and 1 . 0 x 1 0 6~~~S were deposited on t o 3 u m i l l i p o r e f i l t e r which was placed i n t h e Boyden's chamber. The upper compartment o f t h e chamber was f i l l e d w i t h Hank's s o l u t i o n (HS) and t h e lower w i t h SCF 100uL/mL o f HS. Three simultaneous INTESTINAL OLUCOSE ABSORPTION IS DISTINCTLY DIFFERENT IN CHRONICALLY CATHETERIZED RATSCOMPARED TO ACUTELY GROUP(N) P a t i e n t s 9 ) Controls!9) P-Value 5 83 CATHETERIZED. Robert E. Kimura. Jasminka Ilich, and~illian Clark.
(Sttons. bv 8. Chan). U of Utah. Salt Lake Citv. UT. ~t u d i k o f rat intestinal g l u k absorption have been performed shortly after anesthesia and abdominal surgery. In order to determine i f these factors affect intestinal l u m e absorption, we compared portal venous (PV) and aortic (A) blccd glucose (qgluc]) concentrations from acutely (AC) and chronically catheterized (CC) rats. PV, A and gsstrostomy catheters were surgically placed i n adult rats. Ten ml of 5% dextrose was infused into thegastrostomy within 1 h r of catheter placement i n the AC rats. In theCC rats, thedextrose was infusedafter the rats had regained preoperative wt (6-10 days). PV andA blmdwesdrawnat 0,5, i n t h e lower'compartments. ' A f t e r 3 h r ' s i n c u b a t i o n f i 1 t e r s were s t a i n e d and c e l l s which migrated t o lower s u r f a c e were counted. A r a t i o o f migrated t o t o t a l c e l l s w i t h SCE. EAS & ECF was termed as chemotactic index(C1) and RM w i t h HS alone. I n 4 p t s s t u d i e s were repeated a f t e r therapy. Mean (+\SO) values a r e presented ( t a b l e ) : Mean CIS o f p a t i e n t s w i t h ;ill t h e 3 f a c t o r s were s i g n if i c a n t l y lower than those o f c o n t r o l s and s i g n i f i c a n t l y increased a f t e r therapy. RM was s i m i l a r . Supression PMN chemotaxis may be one s t e p i n t h e pathogenesis o f ABE. Counteracting i t w i t h drug/agents may improve t h e outcome. 52(7) 62(13) ECF 30(10) 52(11) < O . U > 0 . 1 58(9) 19 (7) --F) and HS alone RM 2 7 ( 1 5 r 2 0 0 ) chambers were a l s o s e t up w i t h endotoxin a c t ivated serum (EAS), E. c o l i generated fac-
